The CAG expansion responsible for Huntington's disease (HD) is followed by an adjacent polymorphic CCG repeat region which may interfere with a PCR based diagnosis. We have sequenced this region in 52 unrelated HD patients, from both normal and HD chromosomes. Fifty percent of the normal alleles were (CCG)7(CCT)2, 48% (CCG)IO(CCT)2, and 2% (CCG)7(CCT)3. In contrast (CCG)7(CCT)2 was found in 85% ofthe HD alleles which represents significant linkage disequilibrium with the HD mutation.
Huntington's disease (HD)' is associated with the expansion of a CAG triplet repeat (37 to 140) in the 5' coding region of the IT15 transcript.' The CAG repeat region is also polymorphic in normal alleles (11 to 34 repeats). In the first PCR assay described to estimate the number of CAG repeats,2 primers encompassing both the CAG and a 3' adjacent CCG repeat region were used. However, PCR assays have recently shown that the adjacent CCG rich region is also polymorphic, and five alleles of 170, 176, 179, 182, and 185 (table 1) .
Since HD is likely to result from the abnormal size of the Gln stretch encoded by both the CAG and CAA codons, it is noteworthy that considering only the number of the uninterrupted CAG repeat in allele 2 leads to a four residue underestimation ofthe Gln stretch. Alleles 1, 2, and 3 were observed with the same frequencies in females and males. Table  2 shows the distribution of alleles 1, 2, and 3 in relation to the size of the CAG repeat in normal and HD chromosomes. We have compared, in non-HD chromosomes, the mean number of CAG repeats associated with allele 1 (19.9) and allele 3 (17-05) using the t test. The difference is significant (p<0 01). In con- Table 1 Allele frequencies for polymorphisms in the CCG rich region on HD and non-HD chromosomes P40cheux, Mouret, Durr, Agid, Feingold, Brice, Dode, Kaplan 
